A 47-year-old man with a history of gynecomastia due to prolactin-releasing pituitary microadenoma was admitted to the hospital because of persistent chest pain and fatigue. Chest x-ray showed pronounced enlargement of the cardiac profile ( Figure 1) , and echocardiography demonstrated a marked pericardial effusion ( Figure 2 ). Pericardiocentesis allowed the drainage of 1800 mL of pericardial fluid whose biochemical analysis was consistent with an exudate (total protein and lactate dehydrogenase fluid-to-serum ratios of 0.9 and 2.6, respectively); cytological examination showed the presence of mesothelial cells, histiocytes, and lymphocytes.
Whole-body computed tomography disclosed the presence of a homogeneous mass of soft-tissue density coating the thoracic ( Figure 3 ) and abdominal aorta ( Figure 4 ) and also surrounding both kidneys ( Figure 4 ). Computed tomographyguided biopsy of the perirenal masses was performed, and histology showed a diffusely fibrotic tissue with a population of infiltrating histiocytes, which stained positive for CD68 ( Figure 5 ) and negative for S100 and CD1a (data not shown). These findings were consistent with Erdheim-Chester disease (ECD), a diagnosis that was also supported by the presence of osteosclerotic lesions involving the tibias.
ECD is a rare form of non-Langerhans cell histiocytosis whose hallmark is tissue infiltration by CD68 ϩ CD1afoamy non-Langerhans histiocytes and mononuclear cells, along with pronounced fibrosis. 1 The mechanisms leading to accumulation of histiocytes in ECD lesions seem to be chemokine-mediated, although clonal histiocyte proliferation has also been demonstrated in some cases. 2 ECD has a broad spectrum of clinical manifestations and may range from a localized pauci-symptomatic form to a disseminated and life-threatening disease; it typically affects the long bones, the hypothalamic-pituitary axis, the skin, the lungs, and the retroperitoneum. Cardiovascular involvement is considered to be an overlooked feature of ECD, although diffuse periaortic fibrosis (also known as "coated aorta"), 3 pericardial infiltration with pericardial effusion, myocardial infiltration, atrial pseudotumour, and aortic and mitral valve disease are not uncommon clinical findings. A careful evaluation of cardiovascular involvement in ECD patients is warranted because it accounts for a considerable proportion of ECD-related deaths. 4 
